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INTRODUCTION
Primary cardiac tumors are extremely rare and account for 0.0017% to 0.33% at autopsy. [1] In 80% of surgically excised cardiac tumors, most common tumor is cardiac myxoma. Myxomas are intracavitary tumors that are located in left atrium (75%), right atrium (18%), right ventricle (8%), and left ventricle (4%), and rarely in atrioventricular valves (1%). [2] The previous large series have reported cardiac myxoma; however, little is focused on histological findings. Herewith, we are presenting it for its clinical aspect and more emphasis on histological variant.
CASE REPORT
A 30-year-old female presented to Cardio Vascular and Thoracic Surgery unit with complaints of severe dyspnea, and palpitations since 3 months and history of fever of 4 days. There was no history of hypertension, cough, skin pigmentation, or any abnormal endocrine manifestations. No significant family and past history. On routine investigations, complete blood count, urine analysis, liver function test, and renal function test were within normal limits. Lipid profile was within normal limits. The AntiStreptolysin O titre and Cardiolipin antibody test was negative.
On further investigation, abdominopelvic ultrasonography showed no significant abnormality. Left-sided pleural effusion was noted. On 2D echocardiogram, left ventricular ejection fraction was 55%. Anterior mitral leaflet was mildly thick. Left atrial wall showed a mass obstructing the mitral [ Figure 1a ]. Moderate mitral regurgitation along with dilated left atrium, right atrium, and right ventricle was noted. Severe tricuspid regurgitation and pulmonary hypertension were noted. On cardiac magnetic resonance imaging showed a large mobile mass lesion in left atrium attached to inferior interatrial septum measuring 4 × 3.4 cm. The lesion was mobile, pedunculated, and enters basal left ventricular cavity in diastole along with mitral valve. It showed heterogeneous enhancement on postcontrast study that likely represented myxoma.
Patient underwent left atrial myxoma excision and mitral valve replacement surgery.
How to cite this article: Jagtap SV, Salunkhe P, Mane A, Kumbhar S, Mayekar P, Boral S. Cardiac myxoma with cartilaginous differentiation-An uncommon variant presented as mitral stenosis. Indian J Pathol Microbiol 2019;62:599-601.
Access this article online
Website: www.ijpmonline.org PMID: xxxxxxxxx (when available) DOI: 10.4103/IJPM.IJPM_281_19
Quick Response Code:
This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as appropriate credit is given and the new creations are licensed under the identical terms.
For reprints contact: reprints@medknow.com
We received a single solid, irregular, lobulated, gray white to gray brown, soft tissue mass measuring 4.5 × 4.1 × 3.5 cm with focal papillary configuration [ Figure 1b and c]. Cut surface was glistening soft to firm, gray white, and showed areas of hemorrhages. On microscopy showed a poorly circumscribed lesion composed of bland spindle or stellate shape cells arranged in loose sheets and scattered in an abundant myxoid stroma with capillary vasculature [ Figure 2a and b]. Large areas of hemorrhages, congestion was noted. Areas of cartilaginous differentiation was prominent [ Figure 2c and d]. In some areas, cells were forming tiny aggregates and cord-like arrangement. There was absence of necrosis, mitosis, and pleomorphism. On histopathologically diagnosed as cardiac myxoma with cartilaginous differentiation from excised specimen of left atrium mass.
DISCUSSION
Cardiac myxomas represent the most common benign cardiac tumor. The origin of cell is considered to be persistent of mesenchymal cells from embryonic residue during septation of the heart, primitive cells from fossa ovalis, cardiomyocyte progenitor cells, etc. [3] The cardiac myxomas are found in sporadic and familial forms. The familial myxomas are often multiple and usually recurrent. The myxomas can be a single mass as the most common finding but also noted biatrial or multifocal location. [4] The clinical presentation of patient is variable and depends on tumor size, location, and mobility. Most of them shows manifestation of dyspnea, palpitation, edema of lower limbs, etc., which are cardiac related. Other systemic presentations may be vertigo, syncope, fatigue, hemiparesis, hemiplegia, or manifestation of thromboemboli. [5] The cardiac symptoms in over 50% of cases are due to mass causing valve stenosis or obstruction. Our case is presented as mitral stenosis.
Complications associated with atrial myxomas are cardiac arrhythmias, pulmonary edema, peripheral emboli, blockage of mitral heart valve, etc. Few cases may remain asymptomatic. In our case, she is presented with severe dyspnea and palpitations.
The diagnostic modalities like 2D echocardiography should be the standard method of cardiologic examination of these patients, which could considerably contribute to early diagnosis and treatment of heart myxoma. Coronary angiography and cardiac magnetic resonance imaging may provide specific additional information, which could lead to precise preoperative diagnosis. Postoperatively mass confirmation on histology is essential to find out any other differentiation in tumor.
On microscopy, tumors are variable in size ranging from 1 to 15 cm (mean 5 cm). [5] There are two types of appearance noted: solid/ polypoidal-type and papillary-type. [4] The histological diagnosis of myxomas shows mesenchymal cells arranged in sheets, clusters, or scattered singly. The round, fusiform, or stellate cells having round or oval nuclei of mild eosinophilic cytoplasm. [4] The stroma is myxomatous, rich in collagen, proteoglycan, and elastin with rich fine capillaries. Associated finding of fibrinoid necrosis, hemorrhage, calcification, macrophages, and inflammatory cells have been noted.
On histomorphologically, different types of mesenchymal differentiation are noted in myxomas, which include neural, osseous cartilaginous, vascular, and glandular types. The uncommon elements that are identified include clusters of hematopoietic cells and thymic rests with even origin of ectopic thymoma. [6] [7] [8] It is observed that variable fibrosis, calcification, and Gamna-Gandy bodies are noted in myxoma. The nonembolic clinical presentation of myxoma cases were significantly associated with a fibrosis and gamma bodies.
On Periodic Acid-Schiff (PAS) staining, stromal matrix appears purple red, whereas mucous halo appears blue.
The immunohistochemistry markers like S100 protein, cytokeratin, desmin, CD34, CD68, vimentin, calretinin have been shown in various studies. [6] Highly proliferative angiogenic cardiac myxomas on molecular analysis have shown over expression of VEGF, PCNA, IL6, FGF. [9, 10] Cardiac myxomas are usually benign; however, occasional cases of malignancy with features of recurrence, local invasion, and extracardiac extension have been rarely reported. The intracardiac recurrence has been noted in 12%-22% of familial and 1%-4% of sporadic cases. The systemic embolization and metastasis from cardiac myxomas to brain and bone have been reported. [11] The treatment is surgical minimal invasive excision of tumor usually through median sternotomy and cardiopulmonary bypass and valve repairing surgery is the modality of choice. Care should be taken to prevent embolic phenomenon and its complications. Complete surgical excision of myxoma is the only and very successful therapeutic method surgical with excellent prognosis. In follow-up, it is necessary to perform annual echocardiography throughout a patient's life, and particularly in patients with multifocal, atypical, or familial myxomas.
CONCLUSION
We are presenting this case of cardiac myxoma with cartilaginous differentiation from excised specimen of left atrium mass for its extreme rarity, clinical, imaging, and uncommon histological features.
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